A full-term infant boy was born at term by elective Caesarean section after a pregnancy complicated by an intrauterine sonogram at 18 weeks, which demonstrated a right intracranial cyst. The child was noted to have somatic asymmetry with right hemihypertrophy and a large head. A slight yellowish hyperpigmented linear skin lesion was present in the midline along the nose extending to the lip. The child had frequent seizures during the first 2 weeks of life, which became too numerous to count and difficult to control. The seizures consisted of brief eye flutter or whole body tonic-clonic seizures. The child became progressively more lethargic and did not feed well. Cranial magnetic resonance imaging (Figure 1 ) was performed.
DENOUEMENT AND DISCUSSION
The MRI of the head demonstrates the presence of hemimegalencephaly (HME) with an enlarged hemisphere with mass effect, but with a dilated lateral ventricle. A renal sonogram demonstrates asymmetric kidneys with the right being larger and containing small cysts. The cutaneous lesion was diagnosed as an epidermal nevus or linear nevus sebaceous. The child, therefore, is thought to have the linear nevus sebaceous syndrome (LNSS; Feuerstein-Mims syndrome) with HME. HME is characterized by unilateral enlargement of a cerebral hemisphere and a normal contralateral hemisphere, cerebellum, and brainstem. 1, 2 It is thought to be a disorder of neuronal migration. Moderate to severe enlargement of the involved hemisphere is characteristic.
1 Midline shift to the contralateral normal side is almost always present and cerebellar compression is very frequent.
2 Enlargement of the ipsilateral ventricle or occipital horn of the ventricle is characteristic.
1,2 By CT and MRI, the cortical ribbon or mantle is thicker than the normal side. There is poor definition of the inner margin of the cortex by MRI, possibly related to the presence of many subcortical heterotopic neurons. 2 The sulci are shallow and the gyri broad in most cases. Agyria occurs in less than 20% of cases. 1 Cortical calcifications are occasionally seen. 1, 3 The white matter appears enlarged. The white matter is often low density on CT scan and has areas of bright signal on T2-weighted MRI images, possibly related to gliosis. Both hemispheres are involved with about equal frequency. 1 There is an inverse relationship between the abnormalities on imaging of the white matter and cortex and the degree of hemispheric enlargement. Patients with minimal T2 brightening of the white matter have the largest hemispheres. Those patients with agyria have only mild hemispheric enlargement. 1 Pathologically, HME is characterized by complete disorganization of the cortical cytoarchitecture without normal cortical layers. As previously remarked, there are a great number of subcortical heterotopic neurons. The most striking pathologic feature is the presence of giant neurons throughout the cortex. 2 Such giant neurons also occur in tuberous sclerosis and focal cortical dysplasia. The giant neurons are polypoidal with abnormal dendritic branching. 3 The giant neurons may contain abnormal vacuoles, granules and calcific concretions. 4 Pathologically, the area of white matter is enlarged over the contralateral normal side. 5 The area of the cortex is small or smaller than the contralateral side, suggesting abnormal proliferation of the white matter as the mechanism of hemispheric enlargement. 5 Pathologically, HME is indistinguishable from focal cortical dysplasia, an anomaly associated with severe seizure disorder but not with hemispheric enlargement.
Patients with HME present with developmental delay, progressive hemiparesis, and intractable seizures usually beginning within the first 4 months of life. 1, 5 The seizures are most frequently unilateral and tonic clonic although they may initially present as infantile spasms. 1 There is a high mortality in the neonatal period. A poor prognosis accompanies the onset of seizures before 1 month. 2 Congestive heart failure occurs in a minority of patients due to arteriovenous shunting through the abnormal hemisphere. 1 There is a frequent association of HME with neurocutaneous syndromes including LNSS, hypomelanosis of Ito, neurofibromatosis and Proteus syndrome. 5, 6 Linear nevus sebaceous syndrome (LNSS), also called epidermal nevus syndrome, is a rare, sporadic neurocutaneous syndrome characterized by a linear sebaceous nevus of Jadassohn, mental retardation, and seizures. 7, 8 The syndrome was originally described by Schimmelpenning and further defined by Feuerstein 
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and Mims. 9 The epidermoid or linear nevus sebaceous is present over the head and neck. 10 It is a triphasic lesion, which is bland in infancy, has papillomatous hyperplasia in adolescence, and associated with skin-appendage tumors in adults. 11 A paramidline location of the nevus is typical with the lesion often vertically oriented from the middle of the forehead along the nose to the upper lip just lateral to midline. However, many other locations occur. Other cutaneous lesions include hemangiomas, lipomas, hypopigmented lesions and rarely café au lait spots.
Hemihypertrophy of the face occurs in about 50% of patients 10 and is ipsilateral to the nevus. Somatic hemihypertrophy occurs in about 33% of patients ipsilateral to the nevus, and hemiatrophy contra lateral to the nevus is occasionally seen. Eye involvement occurs in about 33% of patients and includes lipodermoid scleral tumors, microphthalmia, corneal opacities, focal globe calcifications and colobomas. Cardiac anomalies include coarctation of the aorta and ventricular septal defect. 10 With increasing age there is an increased incidence of tumors including skin cancer, breast, salivary gland, stomach, esophageal, bladder cancer, and ameloblastoma.
10 LNSS is also associated with so-called tumorigenic rickets due to a phosphaturic agent excreted by the nevus. 12 HME is probably the dominant neuropathologic manifestation of LNSS 10 and has the characteristic clinical present of mental retardation, seizures including infantile spasms, and hemiparesis. The exact frequency of HME in LNSS is not certain but may be as high as 50%. 8, 13 In patients with LNSS the calvaria over the cerebral hemisphere with HME is often thickened due to increased fat within the diploic space. 13 Renal anomalies are not often well documented in patients with LNSS, although they are recognized to occur. A patient with asymmetric kidneys and renal cystic lesions, believed to be nephroblastomatosis, has been described. There is mass effect with midline shift toward the left. The right ventricular dilatation is most marked in the occipital horn.
